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Wiedemann-Beckwith syndrome in one of monozygotic twins Sir,
The article by Bose and his colleagues' deserves some comment. It is certainly unusual to find an exomphalos in one of monozygotic twins, although it has been described before. To label a baby as Beckwith-Wiedemann syndrome simply on the basis of the presence of an exomphalos and a large tongue is surely, however, not justified. The essence of the syndrome is the combination of exomphalos, macroglossia, and gigantism, manifest as both somatic and visceromegaly, together with the sporadic occurrence of other features such as indented ear lobes and naevus flammeus. The definitive histological diagnosis is based on the finding of cytomegaly of the adrenal cortex. In the absence of some corroborative findings it would be more reasonable to consider this baby as suffering from exomphalos, complicated by the incidental finding of macroglossia. I am also interested in the authors' use of the term Wiedemann-Beckwith syndrome. Since the syndrome was described by Beckwith Greenough et a12 incriminated asynchromous breathing in the genesis of pneumothorax and referred to 'active expiration against the ventilator' as being the main factor. We would suggest that 'deep inspiration with the ventilator' is more likely to be the problem. It is at this time in the ventilator cycle that the additive effect of ventilator pressure and negative pleural pressure results in a large transpulmonary pressure and maximal alveolar distension. Active expiration against the ventilator results in a smaller transpulmonary pressure and less alveolar distension: an unlikely time for alveolar rupture. Both of these effects can be seen in Fig. I of Field's paper.
In addition to its disruptive effect on ventilation and its relation to pneumothoraces, breathing out of synchrony also results in the type of fluctuations in the cerebral and systemic circulations that have been associated with an increased risk of intraventricular haemorrhage by Perlman et al. (a) The treatment of a disease in which immunosuppression is an intrinsic part with drugs that suppress the immune system further.
(b) The successful treatment of minimal change disease with several immunosuppressive drugs and one immunostimulant drug. The answers to these paradoxes can be found by more detailed study of the cellular actions of levamisole. Levamisole achieves its immunostimulant effects by specifically suppressing suppressor T lymphocytes.3 ' The other drugs suppress T lymphocytes non-specifically along with other lymphocyte subgroups.
Excessive suppressor T lymphocyte function in untreated minimal change nephrotic syndrome might cause both the disease through release of a lymphocine, which disrupts anionic binding sites, and the observed depression of immune function. Further investigation of this interesting treatment is most certainly appropriate, both to give insight into the disease and to develop a more specific form of treatment.
